Microphthalmos occupies a spectrum from a normal, but small globe, to a globe with multiple anterior and posterior segment abnormalities. This study examines 54 eyes of 27 patients who had bilateral microphthalmos and severe visual impairment or blindness. Congenital cataract was the commonest cause of severe visual impairment (44%), followed by presumed retinal or optic nerve displasia (30%) and chorioretinal coloboma (22%). Lensectomy was followed by phthisis bulbi in 3/23 cases and retinal detachment in 2/23 cases. There were no cases of angle closure glaucoma. The three clinical conditions associated with a poor prognosis were cataract, chorioretinal coloboma, and a markedly reduced corneal diameter. A corneal diameter of 6 mm or less was associated with a visual acuity of no perception of light in 81% (21/26) compared with 4% (1/28) ofthose with larger corneas. (BrJ Ophthalmol 1994; 78: 332-334) 
Microphthalmos is an ocular defect where the overall size of the globe is smaller than normal. The condition has been classified into simple or complex microphthalmos. '-Simple microphthalmos is where the globe is small, but otherwise normal. This is also called pure microphthalmos or nanophthalmos. Complex, or complicated, microphthalmos is where the globe has other associated abnormalities. Both types may be associated with an orbital cyst or other systemic abnormalities or syndromes. In general, microphthalmos is congenital but occasionally may be acquired because of arrested development.
Microphthalmos can be defined as an eye with an axial length more than 2 SD smaller than the normal for that age group. This equates to an axial length less than 19-2 mm at age 1 year and less than 20-9 mm as an adult.' There is a strong linear correlation between the horizontal corneal diameter and the axial length from diameters of 2 mm to mm. ' The ocular abnormalities associated with complex microphthalmos are broadly subdivided into anterior segment dysgenesis, lens abnormalities, chorioretinal coloboma, retinal dysplasia, and persistent hyperplastic primary vitreous (PHPV).'-"2 Syndromes associated with microphthalmos number more than 100 and all modes of inheritance have been described. '3 Systemic syndromes include the HallermanStrieff syndrome,'4 the Meckel-Gruber syndrome, trisomy 13 , and the cerebro-oculofacioskeletal (COFS) syndrome. 13 Results Within the total of 241 patients examined, there were 27 patients with bilateral microphthalmos who had a visual acuity ofless than 6/60 and were examined by the author. The mean age was 10 3 years and ranged from 5 to 20 years. A positive family history was present in 37%. The aetiology of visual impairment was divided into three categories; cataract, retinal, and unknown. Each eye was allocated to its respective category by clinically determining the factor which was the major contributor to the visual impairment. These data, along with other ocular abnormalities, are detailed in Tables 1-3 . Nystagmus was present in all cases. There were no cases of simple microphthalmos and no patient had facial malformations. Clinically, the vitreous, retina, and optic nerve head were able to be visualised and examined unless stated otherwise.
Within the cataract group, all patients had a diagnosis of cataract before the age of 6 months Aetiology ofsevere visual impairment and blindness in microphthalmos series,' there were no patients with simple microphthalmos within this study group. The commonest cause of blindness was congenital cataract""'2 (44%, 24/54) and mild cataract was also present in another six eyes. Lensectomy had been performed on 23 eyes and this had been followed by phthisis bulbi in three eyes and retinal detachment in two eyes. Therefore, 22% (5/23) of patients had a major complication leading to, at best, perception oflight. The combination of microphthalmos and aphakia produces very high hypermetropia but for economic reasons (the per capital gross national product of the region is £100041300'7), no child had a trial of contact lenses for the aphakia.
Chorioretinal coloboma involving the macula was the second commonest cause of blindness affecting 22% of eyes (12/54) . It was also present to a mild degree in another two eyes. This group of patients was also associated with cataract and iris dysplasia (7/12) . Glaucoma overall was uncommon, affecting only three eyes, all of whom had previous cataract surgery. However, it was uncertain whether this was related to the surgery. No patient had angle closure as has been previously noted in association with this condition. '8 PHPV was found in only one eye in this series. This is in accordance with the observation that PHPV is associated with microphthalmos almost always in unilateral disease.' High myopia with degenerative chorioretinal degeneration affected both eyes of one patient and this may occur as a specific, inheritable entity. '9 The patients classified into the unknown aetiology group remain a problem. In general, these patients had the smallest eyes (mean corneal diameter= 5-0 mm) and a fundal view was precluded because of sclerocornea (6/16), or a small pupil and the presence of nystagmus. Sclerocornea is known to be associated with microphthalmos.20 However, the visual acuity was NPL in 14 
